The liver biopsy was normal and the supraduodenal mass showed evidence of fat necrosis and fibrosis with no evidence of malignancy.
The patient developed a small left sided pleural effusion and persistently ran a fever of 101°F throughout her postoperative course. Clinically it was felt that an anastomotic leak had occurred and she was managed accordingly but despite repeated gastrografin studies this was never confirmed. Three weeks postoperatively when she had otherwise made a satisfactory recovery and had resumed normal alimentation she was persistently febrile and her ESR was greater than 100 mm/h with a normal WCC. In view of the previous history of panniculitis and the histological findings a presumptive diagnosis of active panniculitis involving the retroperitoneum was made and she was commenced on steroids. This resulted in resolution of the temperature and a rapid improvement in her clinical condition.
The patient has been followed up for 4 years and remains well. The steroids were stopped 3 months after discharge from hospital and she has not had further need for this medication. Endoscopy during follow-up confirms the presence of small oesophageal varices and repeated CT scans and ultrasound examinations have failed to demonstrate any evidence of a pancreatic mass. Her liver function tests have remained normal at all times.
Discussion
Relapsing nodular febrile non-suppurative panniculitis was first described by Pfeifer" in 1892. Other cases were reported by Weber5 in 1925 and Christian" in 1928 but it was not until 1936 that Brill? coined the term 'Weber-Christian disease'. The rare systemic variant of this disorder, of which our case is an example, has been reported much less frequently. The literature, however, confirms that when the systemic lesions develop they frequently involve retroperitoneal tissues, pericardium and bone marrow':". In addition, it has been documented that panniculitis occurs in association with carcinoma of the pancreas Fever is usually a major component of this disease", Our patient was consistently pyrexial during the initial 3 weeks of her postoperative course despite normal white cell count and repeatedly normal blood culture. That the pyrexia was due to activity of the panniculitis was supported by the presence of a consistently raised ESR at greater than 100 rom in 1 hour and the prompt response to high dose oral steroid.
She now remains asymptomatic despite the continued presence of oesophageal varices. The histology of the biopsies from the retroperitoneum, the normal liver histology and the subsequent clinical course of the patient in response to steroids have indicated a diagnosis of systemic Weber-Christian disease. Although fatty change, portal fibrosis and Mallory bodies have been identified in the liver in this syndrome" this is the first report of extrahepatic portal hypertension and oesophageal varices occurring as a systemic manifestation of panniculitis. Mediastinal widening on a chest radiograph after major trauma is highly suggestive of aortic rupture! and is always an indication for further investigation. Arteriography has been widely used in the past 2 and, despite the advent of dynamic CT scanning
Case report
A 27-year-old man was found lying beside a railway line. He had been struck by a train and lay beside the track for six hours before being discovered. On admission he was conscious and coherent, and clinical examination showed multiple orthopaedic injuries, including traumatic amputation of his left arm, and widespread left-sided surgical emphysema of the chest wall extending up to the neck.
Immediate resuscitative measures were instigated, including blood volume replacement, haemostasis of his left arm, oxygen, analgesia and antibiotic administration.
Radiological evaluation in casualty included an AP chest radiograph, cervical spine and supine abdomen radiographs. No evidence of a perforated viscus could be seen on the abdominal radiograph. The cervical spine radiograph showed no bone abnormality, but there was widespread surgical emphysema in the soft tissues. The chest radiograph (Figure 1) showed mediastinal widening, fractures of the 8th, 9th and 10th ribs on the left, extensive soft tissue emphysema and a few small, fine radiolucencies, characteristic of air in the mediastinum. There was no evidence of gross mediastinal emphysema.
A traumatic rupture of the thoracic aorta seemed likely, with this clinical history and the admission chest radiograph. An arch aortogram was performed urgently but was normal. Bronchoscopy was performed to exclude traumatic rupture of the left main stem bronchus, and although no rupture could be found, blood clot was seen in the left lower lobe main bronchus. A chest radiograph 24 hours later showed that the mediastinal outline was almost normal, and another radiograph 48 hours after admission ( Figure 2 ) showed a normal mediastinal width, but the fine radiolucencies in the mediastinum were still present on both films. The patient underwent a lengthy rehabilitation programme and was eventually discharged home.
Discussion
Mediastinal widening after major trauma may be due to aortic rupture, venous haemorrhage, bleeding from bony fractures of the rib cage, para-spinal haemorrhages and blooddissecting down into the mediastinum from cervical fractures", It is important to exclude traumatic aortic rupture, or rupture of one of the brachiocephalic arteries, because of the high morbidity and mortality. Approximately 80% die immediately" and, of those who survive, approximately 30% die within 6 hours, 40% within 24 hours, 72% within 8 days and 90% within 4 months, indicating the necessity of prompt diagnosis and treatment. With early diagnosis and surgical repair of the vascular injury, survival has been reported to be within the range of 75_89%1.5.6. Radiographic features of mediastinal haemorrhage are an abnormal mediastinal width, an apical cap",displacement of the right paraspinous interface 7 or deviation of the nasogastric tube to the right of the spinous process of T4 3 • Our patient fulfilled the radiographic criteria required for making a presumptive diagnosis of traumatic aortic rupture. Further urgent investigation was, therefore, mandatory, but the arteriographic finding of an intact aorta excluded a diagnosis of aortic rupture. The rapid radiological resolution of the mediastinal widening excluded any of the above causes for the widening, and it was concluded that the surgical emphysema present was simulating a traumatic aortic rupture. Dynamic CT scanning with intravenous contrast would have demonstrated small collections of air within the mediastinum, but, in this clinical setting, an arch aortogram is the first method of investigation.
